Previous magnetic resonance imaging (MRI) of the brain performed when the patient was aged 7 years was normal ( Figure  2a) . Repeat MRI at age 11 years showed cerebral and cerebellar atrophy (Figure 2b ). Repeat brain MRI in the present admission revealed diffuse cerebral and cerebellar atrophy with hypointensity in the thalamus and a few white matter changes in the bilateral frontal area suggestive of a neurodegenerative disorder ( Figure  2c ).
Based on the clinical history of seizure and rapid deterioration of vision resulting in blindness with classic fundus changes and collaborating MRI changes, and the background of similar symptoms in the elder brother with a fatal outcome, a diagnosis of juvenile neuronal ceroid lipofuscinoses was considered. The patient was started on sodium valproate and clobazam and the seizures were controlled. He was discharged after a week and is being followed up routinely. Genetic studies could not be performed because the tests are not available in our institution and patient's family could not afford them.
Juvenile neuronal ceroid lipofuscinoses is inherited as an autosomal recessive trait and occurs because of mutations of the CLN3 gene located on chromosome 16 (1). It is characterized by abnormal accumulation of certain fatty, granular substances such as ceroid and lipofuscin within neurons of the brain, as well as other tissues of the body (2). Neuronal degeneration commences in the dendritic tree and proceeds to final neuronal loss, which predominates in cortical regions of the cerebrum and cerebellum, resulting in progressive atrophy of the brain and neurologic impairment. The presence of vacuolated lymphocytes on peripheral smear, bull's eye maculopathy on fundus examination, and progressive brain atrophy on MRI are characteristic (3, 4) . Ethics Informed Consent: An informed consent form was taken from the patient.
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